Since relatively little has been published on this disease in the neonatal period in this journal, six cases are being presented which have been seen recently at hospitals in Edinburgh.
Cases 1, 2 and 3 are examples of the rare Herlitz type, and Cases 4, 5 and 6 of the more common dystrophic variety.
Case Reports Case 1. T. McC., a boy, the third child of unrelated parents, was born spontaneously at full term in the Elsie Inglis Memorial Maternity Hospital, Edinburgh, after a normal pregnancy on October 3, 1952. At birth, there were raw, red areas over the wrists, hands and feet, and along the extensor surfaces of the legs. The nails were long and horny. Within 24 hours further bullae containing sterile, straw-coloured fluid appeared over the sacral region. Nikolsky's sign was absent. The Wassermann reaction was negative in parents and child.
Subsequent progress was marked by the formation of widespread bullae over many parts of the body, including the buccal mucous membrane.
The infant's temperature on the fourth day rose to 104 F., and remained high subsequently despite therapy which included penicillin, streptomycin, chlortetracycline and oxytetracycline. Staphylococcus aureus was cultured from some of the later lesions. By the fourteenth day hoarseness of his cry and dysphagia were attributed to bullae in the larynx and pharynx. The Sections of skin were taken from many diverse sites. These sections showed bullae in numerous stages of development (Fig. 2) (Langhof, 1952) postulated an upset in hyaluronidase metabolism, due to a deficiency in a serum heparin-like substance. The latest paper (McDaniel, 1954) The pathology of the rapidly fatal form has been described in several papers. Herlitz (1935) men- tioned that the skin was thinner than usual with degenerated elastic fibres and rudimentary hair follicles and sweat glands. Lamb and Halpert (1947) stated that the corium was loose, fibrillar and relatively acellular, but they mentioned that normal collagenous bundles, hair follicles, sebaceous and sweat glands were present. Normal skin glands were mentioned by Schaffer (1951) but he found a thin epidermal layer, and, while the amount of elastic tissue was reduced, the elastic filaments were not entirely atrophied. Matheson and Rosner (1949) considered that there was deficient elastic tissue in the superficial layers of the skin. In the two fatal cases in our series which were studied in detail, no abnormality of the histological structure of the skin was found. In Case 3, secondary infection obscured any clinical features of nephrocalcinosis that migh have been present and also the picture at necropsy.
The two main types of the condition have been mentioned previously. The simple variety produces lesions which hteal in from two to 10 days, leaving no scar. The mucous membrane is involved in very few patients. Most of those with this type of epidermolysis improve at puberty.
The dystrophic variety has been subdivided into three (Cockayne, 1933) . The first type, which is inherited as a dominant trait, does not interfere with growth or development. The lesions may be severe over the hands or toes and over other points liable to trauma or pressure. Finger-and toe-nails may be lost and on re-growth are frequently thickened or deformed. The scars, which result on healing, are thin and atrophic and may contain small epidermal cysts. Puberty may produce improvement or else the abnormal traumatic response may persist throughout life. Cases 4 to 6 were of this group and the fact that the trait is inherited as a dominant is shown by the family trees (Fig. B and C) . These reveal that the condition is transmitted by affected members of either sex. Another feature is that the sex ratio is equal in both these families. Case 4
shows that the prognosis must be guarded although secondary infection may have been responsible for this fatality. Her brother (Case 5) who survives, presented a difficult nursing problem. He had to be wrapped in cotton wool to prevent the formation of extensive bullae. Handling had to be reduced to a minimum and required great care. Even feeding was a problem as a rubber teat, unless softened by repeated boiling, blistered the child's mouth and gums.
The second type seems to be inherited as a recessive and in many cases the children are undersized and below normal intelligence. The teeth may be more liable to caries and the mucous membranes of the alimentary and respiratory tracts are frequently affected. Few survive to maturity.
Cockayne's third variety contains miscellaneous conditions showing features of both epidermolysis and congenital ectodermal dysplasia.
The form described by Herlitz (1935) (Davidson, 1940; Brandberg, 1941; Schroder and Wells, 1945; Black, Wilhelm, Gilbert and White, 1945; Lamb and Halpert, 1947; Matheson and Rosner, 1949; Schaffer, 1951; Kagen, Williams, Giffen and Wiley, 1952; and Leland and Hirschl, 1954 As one cannot cure or control the condition, the aims of therapy must be (1) to handle carefully so as to prevent bullae forming; (2) to limit the spread of established bullae; (3) to prevent secondary infection and hasten healing.
In the baby, the first aim can be served by a thick wrapping of cotton wool, and infrequent and careful handling. In the older child, however, it is almost impossible to prevent trauma in an active and otherwise healthy child.
The second aim is easily executed. Blisters should be snipped as soon as they appear and the contents expressed.
The third point does not seem such a problem in the older child as in infancy; cleansing the skin with 10% cetrimide, and the application of a sterile, non-boric-containing talc preparation is recommended in babies, but in older children a drying paste should be applied. The mother of one of our cases, a doctor's wife, has, after many trials, found Lassar's paste to be the most effective. Infection, particularly in babies, should be countered by adequate systemic antibiotic therapy as well as by local applications.
As might be expected in a disease of unknown aetiology, corticotrophin (A-C.T.H.) and cortisone have been tried but without benefit (Lever, 1951; Jensen, 1951 Gross, Nelson and Howell, 1951; Leland and Hirschl, 1954) .
Summary
Six cases are recorded of epidermolysis bullosa in infants. Three of them were the rare recessive form known as Herlitz disease; the other three were the dominant dystrophic variety.
TIhe aetiology, pathology, clinical features and methods of treatment of the disease are discussed, and a table is given of the points for differential diagnosis of bullous eruptions in the newborn.
All cases of the Herlitz type and one of the others died. No abnormality of skin structure was found in the two cases of Herlitz disease which were examined after death.
